(Background and purpose) A novel TYPE of prion disease associated mainly with autonomic-sensory polyneuropathy was reported by us previously.
Introduction
In most prion diseases, cognitive functions are commonly affected and the symptoms usually worsen quickly in a short period. However, a novel type of prion disease has recently been reported by us and others that is associated mainly with autonomic-sensory polyneuropathy [1] [2] [3] [4] .
Methods
Our experience was with two patients (patient 1, sister; patient 2, brother). Their mother also had similar symptoms; the clinical findings and molecular genetics of patient 1 at age 34 were reported previously [1] . After our first report, patient 1's younger brother (patient 2) developed the same symptoms (Fig. 1a) , and patient 1 died at age 37.
Clinical examinations of patient 2 and pathological analysis of the autopsied samples of patient 1 were performed, and the details were described in Appendix S1. Polymerase chain reaction (PCR)-based restriction fragment length polymorphism (RFLP) analysis of the prion protein gene (PRNP) was performed using the BssSI, a restriction enzyme, in Patient 1, Patient 2, and their father (normal control control).
All of the described analysis were performed with the written consent of the patients and their family. The Ethical Committee of Okayama University approved this study, and the study obtained exempted approval from the institutional review board based on our guideline because an anonymized and untraceable dataset was used (approval number 1819). 
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